The Laurence-Moon-Biedl syndrome (LMBS) has 5 classical signs, pigmentary retinopathy, polydactyly, hypogenitalism, obesity, and mental retardation (Warkany et al., 1937) , but a wide range of additional signs occur (Bell, 1958) and renal abnormalities have been encountered frequently at the infrequent necropsy (McLoughlin and Shanklin, 1967) . Uraemia is the commonest cause of death in LMBS (Ammann, 1970) but the end-stage kidney obscures the nature of the renal lesion (except in obstructive uropathy). Recent reports of cystic disease (Alton and McDonald, 1973; Labrune et al., 1973; Hurley et al., 1975) Serum Na was 141 mmol/l (141 mEq/l), K 3 8 mmol/l (3 8 mEq/1), bicarbonate 25 mmol/l (25 mEq/l); urea 4 5 mmol/I (27 1 mg/l00 ml); creatinine 80 ,umol/l (0 9 mg/100 ml); Ca 2-72 mmol/l (10-9 mg/100 ml), P 1P28 mmol/l (3-96 mg/100 ml), and alkaline phosphatase 57 U/1. Urine: there was no glycosuria and no aminoaciduria, and the phosphate excretion index was 0 12 (normal). 24-hour urine Ca excretion was normal at 0 025 mmol/kg (normal <0-1 mmol/kg). After overnight fasting urine osmolality was 634 mOsm/kg and plasma osmolality 290 mOsm/kg. After pitressin injection the urine osmolality rose to 674 mOsm/kg and plasma osmolality to 295 mOsm/kg. Urine pH after NH4C1 load was 4-75 with a plasma standard bicarbonate of 21 mmol/l. Glomerular filtration rate (GFR) measured by the single injection 51-chromium edetic acid method was 92 4 ml/min per 1 73 m2 (normal range 89-165).
Case 2. A 2-year-old girl born with 6 fingers on her left hand and 6 toes on each foot, was first investigated when 8 months old for failure to thrive. She had a high blood urea and IVU was thought to be abnormal. She later became obese and LMBS was diagnosed. Blood urea remained high and she was referred for renal assessment. Weight 19 75 kg (>90th centile), height 93 5 cm (<3rd centile), and blood pressure 90/60 mmHg.
IVU showed bilateral calyceal cysts or diverticula. Hardly any of the calyces showed a normal configuration, but were blunted, giving the impression of flat papillae. On retrograde examination (Fig. 2) there was unusually pronounced backflow which seemed to be confined to the medullary region of the kidney. Renal function tests showed a low GFR and poor concentrating ability and the urine was infected with E. coli.
Serum Na was 148 mmol/l (148 mEq/l), K 4.4 mmol/l (4 4 mEq/l) bicarbonate 19 mmol/l (19 mEq/l); urea 6-2 mmol/l (37 3 mg/100 ml); creatinine 110 ,umol/l (1-24 mg/100 ml); Ca 2'6 mmol/l (10-4 mg/100 ml), P 1-7 mmol/l (5-3 mg/100 ml), and alkaline phosphatase 225 U/I. There was an occasional trace of sugar in the urine but no generalized aminoaciduria. Osmolality rose from 264 to 284 mOsm/kg after water deprivation inducing a 3 % weight loss (a full water deprivation test could not (McLoughlin and Shanklin, 1967) , and urinary tract infection and hypertension were major problems during life (Ammann, 1970 
Summary
Two children with Laurence-Moon-Biedl syndrome had radiographic evidence of cysts in the renal medulla, and one had impaired renal function and infection. The frequency of cystic disease in this syndrome implies that intravenous urography should be carried out on all patients with this syndrome. Children with renal abnormalities should be followed to avoid further damage from urinary infection, or from dehydration in those with a concentrating defect. Regular renal function tests should be carried out on other children, and full investigation should follow if abnormalities are found in order that the natural history of the often fatal renal lesion can be clarified. 
